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«Early-Onset Scoliosis» — ckosmMo3bI C paHHHM HayasioM WIM paHHeli Manudectrannei (CPM), pay 
OTIMYAIOMMXCA TO STHONOTHU, HO OypHO MporpeccupyrouiMx B paHHeM J[eTCTBe CKOJIMOTHUeCKHX 
epopMalwit, TakuxX KaK HHDaHTHJIbHbIM MU IOBCHHJIbHbIM UAMOMATHYeCKHe CKOJIMO3bI, BPOXKCHHbIe 
aHOMA@IHH MO3BOHOUHHKAa, OOUbUIad pyiiiia acCCOMMMpOBaHHbIX CKOJIMO30B, TpeOyromjwe paHHero 
xupypruyeckoro jleyeHua ucKpuBseHui [Akbarnia B.A et al.,2005;2010]. Crpynmuposanusie 10 
lIpH3Haky paHHelt JeTcKoi MaHudectauu, HA@anTHIbHBIe MC oT | Wo 3-x Mer, a OBCHMIBHbIe — OT 5 
yo 8 net [James J.J-1954] takue uckpuBieHua, B OTIMUNH, OT TepopmMayni mpu UC, npeyzcrapiaror 
B3HA4HTeIBHBIe ~PHCKH IA 30poBba peOeHKa, MpenosqHocd HeMasIO poOIeM He TOJIbKO 
BepTeOposioraM, HO HW BpadaM Jpyrux cremuanbHoctei [Campbell R.M;2003,Canavese F.,Dimeglio 
A.,et al.2007,Ymapxomxaes ©.P;2021]. 


C yyeToM Toro, YTO pacliIpocTpaHeHHOCTb HHaHTHJIbHbIX HW IOBCHHJIBHEIX MC, B nomnysanuu 6-7- 
JICTHMX IIKOJIBHUKOB C BeJIM4HHOM CKoNMOTHYecKOH Ayru 10° wu Oomee MoxeT cocTaBIATb 0,05% aA 
nesoyek u 0,02% aia Mab4uKoB [52], Ha omIO CPM moxetT mpuxogutca oKo0 1% or Bcex UC, 
3aperucTpupoBaHHEIx B CIA, cpequ kotToppix oxomo 10% TomepaHTHEIX K KOHCepBaTHBHOMY 
yleueHuio OyyT HYKaTbcaA B paHHeM XUpyprvyecKoM JIedeHuu MO ToBoy cKomMo3a [7,54]. B 
lpotuBpopec MC mpu CPM uate crpayaroT MasIbyuKH, YeM WeBOUKH (3:2), H 75%-90% nedopmalnit 
IIpe{CTaBJICHbI JICBOCTOPOHHUMNH HCKPHBJICHHAMH [36]. 


BpoxkqeHHble JedopMalluv MO3BOHOUHHKA HW BPOXKAeCHHbIM cKomM03 (BC). Ilo MHeHuIo OobINMHCTBa 
HCCIeOBaTeeH, BPOXKTCHHBIMM MIPHHATO Ha3bIBATb CFO OCe-BbIC HCKPHBJICHHA: KUMO3bI, CKOJIMO3HI, 
Oopqo WM kKwdOcKOMO3bI, KOTOPbIe ABJIAIOTCA HeEM3MCHHBIM pe3YJIbTaTOM aHOMaIIHii U 
ACHMMETPHYHOTO pocta MO3BOHKOB H/MIH peOep, KOTOPbIe OKa3bIBalOT HeoOpaTHMoe «rio0asIbHOe) 
BO3JICHCTBHe He TOJIbKO Ha TO3BOHOUHUK HM IpyHy!O KJIeTKY, HO ipakTH4ecKH Ha BCe BUCIepasIbHble 
opraupi [19, 9, 13, 7, 33]. 
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OueHoOuHad paciipoctpaHeHHOCTb HOPOKOB pa3BHTHA MO3BOHKOB B JIETCKOM BO3pacTe M0 pa3HbIM 
WaHHbIM KoseOneTca OT 0,5—-1:1000 go 1:100 u Oonee [4, 9]. B crpyxtype oceBErx qedopmannit 
MlO3BOHOUHMKa MCKPHBIICHHA Ha TOUBe AHOMAJIMM BIABIIAIOTCA B 2-11% cityyaeB, U3 KOTOPBIX 50% 
BBIABIIAIOT Ha TepBOM Toy %H3HH. Cpe MocueqHHX KIIMHH4eCKM 3Ha4HMBbIe CiLy4a COCTAaBIIAIOT 
30%. B tpu roga yxe 50% mpuxoquTca Ha TwKebIC POPMbI HCKPHBIICHHH, XOTA IpHMepHO B 18% 
cilyyaeB He OTMe4eHO HUKakOorO UporpeccupoBanua [4]. CkomMoTH4eckne edopmMaunu usu BC, B 
CIPyKType BPOXKCHHBIX OCeBbIX TePopMallHit MO3BOHOUHUKA, BbIABIAIOTCA Topa3qo uate, 0 75% 
ciryyaeB, 4M «4HCTHIM» BpoRTeHHEIM Kudo3 [4, 37]. HanOonee pacmpoctpaHeHHbIMH aHOMaJInAMU 
MO3BOHOUHHKA, IPOBOLMpyIOWIMMH CKOJIMO3, CUMTaIOT MHOXKECTBCHHbIC HeLOpa3sBHTHA MOJIOBHHbI 
m03B0HKa (44%). Ha BTopoM MectTe cTouT fedeKT cerMeHtauMn (32%), a 3aMbIKaeT CIIMCOK 
eC2MHUYHBIN MOyHO3BOHOK (18%) [4]. 


BpoxyeHHbie ZepopMaluu MOTyT OBITb KaccCHPUUMpOBaHbI Ha OCHOBEe JIOKAaIM3alMH, xapakTepa 
HCKPHBICHHA, WIM Ba aHOMaJIMM, MpuBesuiei K BO3HHKHOBCHHIO oOceBoi edopmaynu. B 
3aBHMCHMOCTH OT THIIa, HaOOqaeMoli 10 peHTreHOrpaMMaM aHOMAJIMH Tel T03BOHKOB, B 
KJIMHM4eCcKOH pakKTHKe MCIOUb3yeTCA JIBYXMepHad KaCCHUKalHA BPOXKACHHBIX CKOJIHO30B. 
Buiyeseno Tpu Tuna: I Tam — HapyuieHue (bopmMupoBanug; II Tun — HapymieHua cermMeHtauun x I] tun 
— CMeIIaHHbI, OObeTMHAIOMIM 7Ba IpeybIAyuMx Bua aHOMasUH [4]. 


HanOombutee mporpeccupoBpanue BC mponcxogMt corsacHo OOMIMM TpaBMiaM, B TIpOAOUDKeHHU JBYX 
TlepHooB Obictporo pocta, B TeveHHe TepBbIx 3 JIeT %XH3HH UH B MOXPOCTKOBOM POCTOBOM CILyptTe, 
MOITOMY allMeHT, MaHHdecTHpoBaBIIH B Ooee paHHeM BO3pacTe HM MMeroINMi OoNbMIM craxK 
3a00IeBaHHA, HyKaeTcA B TIPHCTasIbHOM BHHMaHHM xupypros [15]. Cmuegyer ormeTuTb, ato BC 
TlepBoro THMa BCIeCTBHe aHOMAJIMM OOKOBBIX HM 3a{HCOOKOBBIX KBaPaHTOB TeJla MOJyMO-3BOHKa 
IIporpeccupytoT B cpeyzHem Ha 2,5° yo 10-neTHero Bo3pacta, a 3aTeM 110 5° B roy [33]. 3aqHue u 
OOKOBBbIe MOYMNO3BOHKHM HMMCIOT He3Ha4HTeIbHO JIYYWIMH MporHos, 3aTeM CIeAyIoT OaOO4KOBHHEIe 
KJIMHOBHJHBIC MO3BOHKH [35]. BC BepxHerpyaHOoro OTJe1a MO3BOHOUHHKa 3-38 HeOpa3BHTHA 
IIOJIOBHHBI MO3BOHKa OyeT UporpeccupoBaTs Ha 1°-2,5° B roy, mpaBouMpyA MepeKoc HasMIeUHH, B TO 
BpeMA KaK aHaJIOrH4Had aHOMaJIMA HMKHeErpyAHOW WOKaIM3allWu BbIZbIBAeT OosIee ObIcTpoe u 
HanOoubliee IporpeccupoBannue oT 2° 70 3° exerogHo [33]. 


Hapyuienve cerMeHTallHuH WIM BTOpOM THI aHOMaJIM, BbI3bIBAaIOWMX BC, UMeeT BBICOKHM PUCK 
liporpeccupowanua or 2° Wo 6,5° B row B rpyHOM OTJee NO3BOHOUHHKa, MexKTy 6° u 9° B 
IpyHOMOACHHYHOM UH OKOIO 5° B Tox B TOACHHYHON OONacTH 3a TOT %*e TepHoy [33]. IlepeaHue 
CIMAHUA JEMOHCTpUpyIoT MeIeHHOe MporpeccupoBaHne AedopMaluu mpuMepHo Ha 1% B rog Ao 10 
yet, Torga Kak fepeyHeOoKoBble uMeM xymwui mporno3 [35]. Tperuii Tum HanMeHee 
pactipoctpaHeH, BkIHOuaeT B ceOsa edeKTbI MepBoro HM BTOporoO THIMOB, CYHTaICb CaMbIM 
arpeCCHBHbIM TIOPOKOM C OFpOMHBIM MOTeHIMaIOM [Ia ObICTporo WporpeccupoBaHHA CKOJIMO3a U 
kudockosmo3a, 5° B roy, B BO3pacte Wo 10 mer u Ha 10° B Oonee cTaptiiem Bo3pacte. Ha mpakTuke 
TakHe edopMalluu MpecTaBIAIOT WIA JeveHud HanOobUIMe TpyqHOCTH, HOO 3a C4eT TaKeIION 
neopMalluu MU HeBpOJOrMyecKHX HapylleHui, WHO0 Kak WedopMallHu CKJIOHHbIC K 3HAYMTCIIBHOMY 
lporpeccuposaunyo [35, 33]. 


CkommoTuyeckve JedopmMalMH, accouMupoBaHHble c Heiipod@udOpomato30m (H®), aBiarorca OHHM 
W3 HanOomee pacipoctpaHeHHbix (1:3000-3500 HoBopoxKqeHHbIX) TeHeTHYeCKH OOYCJIOBJICHHBIX 
3a00eBaHHi YeIOBeKa, KOTOPbIM CTpaalOT OJMHAKOBOeE KOJIMYCCTBO MYXKYMH VW X%KeHIHH OOMel 
qucmeHHocTB10 OKosIO 1000000 [44]. PasmmuatoT aBe KiMHHYecKHe POpMBI ZTOM Oone3sHu: H® 
tepporo tuna (H®1) umm nepudepuyeckuii, Oonee w3BecTHbIM Kak Ooe3Hb PeKsMHrxay3ena, 
cocTaBaIoWMl Bo 85% oT BCex TalMeHToB, ctpagaioumx H®. Heiipodudpomaro3 Broporo Tuma, 
WIM WeHTpaIbHEI (HD2) Meee pacnipoctpaHeH UM XapaKTepH3yeTcA pasBUTHeM OMyxoeH CILyXOBOrO 
WIM 3PpHTeIbHOrO HepBOB U Apyrux BHYTPHYepenHbIX MH BHYTPHMO3BOHOUHBIX HOBOOOpa3z0BaHHh [12, 
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44]. XapakTepHbIMH KJIMHMYeCKHMH cCHMIITOMaMH H@® apiatoTca MejJIeHHO Wporpeccupyroulue 
opaxkeHHA HePBHOHM CHCTeMbI, MATKHX TKaHeli, B OCHOBHOM KOX%KH, HM aHOMaJIMH OMOpHO- 
UBUraTeIbHOrO alilapata, CpeAH KOTOPbIX OCOOO BBITCIAIOT TAKEIbIe JesopMaljMu MO3sBOHOUHHKa [4, 
21, 6, 25]. Ckommotuueckne yedopmauun mpH H® uate BbIABIAIOT BO3pacTe OT CeMH 10 
mecTHaguaTu eT, 10%-60% cmy4aes [11, 12, 6]. Ckosmo3 yaie BEIaBIaroT pH HD1, nockombKy 


Hepe KO TI¢pBbIM BBIABJIACTCA CKOJIMO3 UW TOJIbKO TOCIIC WeTasIbBHOTO oOcieqoBaHHA CTAaBHTCA THWarHo3 
H® [11]. 


Bce ckomMoTH4eckve edopMallHuu Mo3BOHOUHHKAa TIpu Heiipo*@uoOpomatTo3e paciipeyeiaOT Ha 
yuctTpoduyeckne u HeyUcTpoduyeckne [11, 21]. Hegucrpodpuyeckue ucKpuBIeHHA XapakTepH3ylOTCA 
OOpoKavecTBeHHbIM TeYeHHeM MOAO0OHO HAMOMATHYeCKOMY CKOIMO3Y, OHAKO, HepezKO, OHH MOryT 
TpaHcopmupoBpatEeca B AucTpoduueckyio dopmy [18]. luctpoduwueckue uckpHBeHna 
XapaKTepH3YIOTCA OCTPOYTOJIbHBIM, OBICTpO IporpeccupyrolluM, B CpeqHeM Ha 5 u Oosee rpayy-coB B 
TO, KOpOTKHM (4-6 TlO3BOHKOB) KH@OCKOJIM030M, KaK IpaBHyIo Cc MpeoOsaqanuem rumepKudosa, 
KOTOPbI B 3allyIleCHHbIxX cilydaix MOxeT ocTuraTb 180° u Oonee [ 12, 21]. Knaccuyeckumu 
TIpOABIeHHAMU WucTpoduyeckon mdopmsr H@D1 cuntatotcs: BeIpaxkeHHad KIMHOBU Had Ted@opMalna 
MW porTallua MO3BOHKOB, KOpOTKad yra, HalMune Kudo3a, 3aocTpeHue «penciling» pedep, 
BepeTeHooOpa3-Haa «spindling» qedopMaluaA Momepe4HEIx OTpOcTKoB, dectoHyaTocTs «scalloping» 
KpaeB TeJI_ + O3BOHKOB, paciMpeHHe  Me%KII03BOHKOBbIX OTBepcTHii, MeHMHToWene Hu 
HlapaBepTeOpauibHble ONyXONM, HepeAKH CIOHAMMIOpeTpOMMCcTe3bI U CHOHAMMIOMTOSEI [21,34]. 


Xupypruyeckoe JIeqeHve CKOJIMOTHYeCCKHX HW KMOTHYeCKHX HCKPHBIeHHH Mo3BOHOuHHKa upH HD 
CONpPKeHO C OOJUIMM KOJIMYECTBOM CJIy4aeB BOSHHKHOBeCHHA TICeBAOAapTPO30B, MporpeccupoBaHua 
nepopMaluu WH BO3MO%KHbIM pa3BHTHemM Mapamserni [11, 12, 21]. Hanmwane muctpoduueckux 
KOCTHBIX W3MCHeCHHHi B MO3BOHOUHHKe, PHIMAHOCTb KH(OTHYeCKOrTO KOMMOHeHTa edopmawnn, 
OcTeOMopo3, MeCHHHYToleye, HeHpOHHbIe OMyxXOJIM BOKPyr MO3ra WIM HePBHbIX KOPeLLIKOB, 
aHaTOMH4eCKHe AHOMAJIN VM BeJIMYMHA MCKPHBIICHHA, HepeAKO AOCTHTatOllad MpeeIbHbIX YIJIOBbIX 
3Ha4eHHH, cTaBuT ZedopMayuu mpu HO B pa3payq TaxKenbIx POpM CKOHO3Aa, C Oosee cOXKHON U 
omacHoM TaKTHKOM, HepeyqKO TpeOyrollei BacKyIApH3HpoBaHHON Tpancrimantauun. [12, 28, 52, 50]. 
Jluctpoduyeckve yedopmaluu mo3BoHo"HHKa mpH H®, no cpaBHeHHro c He_ucTpodu4ecKuMH, 
MMeIOT MeHee OsarolnpuaATHBI MporHo3, HU WallMeHTbI HyKWaOTCA B OoOJIee paHHeM HU arpeccCHBHOM 
XHpypr4eckoM BoO3eHCTBUH, HauHHas C 10-seTHero Bo3spacrTa [6]. 


Ilo 1aHHbIM aMepuKaHCKuXx UccyIeqoBaTeseH cuHypomMe Mapdana (CM) Beiapiaetca y 1 u3 10000 
BbDKHBINMX HOBOPOXKTeCHHbIX [22]. 3a0omeBaHMe HacyleyyeTca TO ayTOCOMHO-JOMHHaHTHOMY THITy, 
He CBA3aHHOMY C MOJIOM, Cc 25% cilyyaeB CIOHTAaHHOM MyTal[MH, IPH 3HaYMTeIbHOM KIIMHH4eCKON 
BapHadeIbHOCTH OT JIeTKHX TIpoABJIeHHH WUcMIa3MH WO cCilydaeB CHCTeMHBbIX paccTpoiicTs, 
yrpoxaromux »%*«H3Hu [40]. IIpu3sHaku xapaxtepHoro MapdanougzHoro rabutyca xOpolio H3BeCTHBI. 
IIposBiaach yxKe B MilayjeH4ecTBe, Ooe3Hb HOCHT TAKCJIbIM XapakTep HU, He CMOTPA Ha ycusIMA Bpaueit 
IipakTH4eCKH BCeX H3BECTHBIX CHCWMAIbHOCTeH, CpeTHAA MPOAOJMKUTeIBHOCTb X%KH3HH pH CM He 
lipeBbiiaet 43 sev y MyKYUHH H 46 JleT y KeHHH [27]. 


CkommoTnyeckve JedopMalun BbIABIAIOT y 58-63%, crpanaroujux CM. V3 wux 2-2,5% ciyyaeB 
cocTaBllarioT CPM, pv 3TOM KHOcKOIMO3bI HaOMIOAAalOTCA IIPHMepHO B MOJIOBHHE BCex CILy4aeB CM 
[40, 45, 14]. Ckommo3 npu CM nogoben UC, ognako cyliecTByeT pay] NIPHHUMMHaIbHBIX pas. 
Ilourn Bceryja peructpupyetca paHHee HavasIO CKOJIMO3a, BbICOKad PacIIpOCTpaHeHHOCTb JBOMHBIX 
IpyAHbIX HW OObIIMX TpoMHEIx Ayr [45], upu stom y 40% malHentos HaOmOgaeTca KUO3 Oomee 50° . 
BpmuenepewncieHHbie OCcoOOeHHOCTH accoluMalMu cKoM03a mpH CM uatipamMyro yka3bIBaloT Ha 
HeoOxOZHMOCTE BbIOOpa OosIee arpeccHBHOM TaKTHKU JIedeHHA WedopMalui MO3BOHOUHHKa y TaKHX 
OOJIBHBIX Y2Ke B PaHHeM J[CETCKOM BO3pactTe. 
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IIpu BErOope xupypru4ueckoi TaKTHKM CiIeqyeT OTMeTHTb HapymieHua DB/] BeneycTBue cHHy_pomMa 
«TOPaKaIbHOW HEOCTATOUHOCTH»>, KOTOPbIM MOXKET ObITS CeACTBHEM JBOWHOTO eHCTBUA He TOJIbKO 
CO CTOPOHBI WMpKyIApHOou cKONMOTHYeCKON AedpopMalHu rpyqHOl KeTKU, HO HM AOMOUHUTeIBHOM 
BOPOHKOOOpa3HOH WIM KMIeBHAHOH ee Aedopmayuu crepeyu [13]. Hapyutenua yeatenbHoctTu 
Cepe4uHoO-cocyqMCTOH CHCTeMbI B KOMIIJI€CKCe HHCTPyMeHTaJIbHOH KOppeKWHH cKoIM03a mpH CM 
HepeyqKoO HocaT datalbHbli xapaxtep [14, 48]. Hoxa3aHpr sxoKkapauorpadua, MPT c werbto 
onpeyeeHHaA ulaTalyMu KOpHA HW BOCXOAWeM YACTH aOpTbI, MpoOalica aopTayibHOrO WIM 
MUTPaJIbHOTO KJlallaHa, a TakxKe OeTa-ON0KaTOpbI WIA TpOPuTAaKTHKM OCOKHCHH, CBA3AHHBIX C 
qunatauuen aoptsi [ 14, 48]. Jo omepaluu u B Mpolecce xupyprvyeckoro JIeueHHA JOMOJHUTeIbHO 
HeOOXOZHMO IIpHBJIeKaTb TeMaTOJOra, MpOBOAMTb TWaTeybHOe OOcMeqoBaHue Ha KOJIMYeCTBO 
TPOMOOLIMTOB, COCTOAHHA TeMOCTa3a H OCYLICCTBIATb aHTHKOaryAWMOHHyIO Teparuro [14]. 
IInoTHOCTb KOcTHOH TKaHH mpH CM takxe MoxeT ObITh CHWKeHA, YTO ycyryOusetca y 63%-92% 
TlalMe€HTOB UCTOHYCHHeEM HOKECK HW Wy2KeK NO3BOHKOB BCJIEACTBHe WypalibHOH oKTa3uu [14], 
CHWKarIoWeH CTaOWJIbHOCTb WHCTpyMecHTabHOnM duKcaywu [14]. C wembio nossepxKanna 
CTaOWJIBHOCTH PeKOMCHyeTCA HMCIIOIb30BATb MAKCHMaJIbHOe KOJIM4YCCTBO KPIOKOB, LIypylOB, JICHT 
H/MIM WeMeHTa JIA JLyaWero paciipeyqeseHuA Harpy3Ku . 


OueHb BaxKHO, 4TOOKI NallMeHT UM erO 3aKOHHbIe MpeACTaBUTeIM OBLIM WpexyupexTeHbI O BbICOKOM 
yacToTe (aTasIbHbIX OCIOXKHCHHU, MOCKObKy 28,6% MallweHTOB WorMOaroT B IIpolecce eueHHA OT 
CepMe4HO-COCYAMCTBIX OCIIOKHCHHHM He CBA3AHHBIX C XMpyprvei nmo3sBoHOUHHKa [43, 14]. Ipu 
XHMpypruu cKoIM03a peructpupyioT OKosIO 10% ocioxKHeHHH, CBA3AHHBIX C TtyOoKoH uHdekuNeH, 8% 
C YpasIbHbIMH pa3pbIBaMH H OOJIbIIMMH OObeMaMH KpoBortoTepH 2400-5300 ma [14, 26]. 


CkosmotTH4eckue Jedopmalluu B accolMaluu c cupuHromuemmen (CIM). CupwHromuenmuro OTHOCAT 
K OpraHH4eckHM 3a00JIeBaHHAM IeCHTpasIbHOW HepBHOM CHCTeMBI, CBA3AHHOM C AHOMAJINAMH pa3BUTHA 
HepBHOH TpyOKH HW aHaTOMH4eCKH XapakTepH3yrollleecd pa3pacTaHveM TyIMH UM OOpa30BaHHeM 
IIPOAOJIbHbIX MOMOCTeH B WeHHO-rpy4HOM OTeIe CIMHHOFO MO3ra, CTBOJIC H BHYTpeHHel Karicyuie [ 
2). Y OonpumuctBa mauentow upx CIM odnapyxuBaroT Mopok pa3BHTHA MHHasIMH MO32%KedKa 
(aHomanua ApHoubya-Kuapu 1), KoTOpad mpeqMONOKUTeIbHO HapyllaeT JIMKBOpOMHaMHKy 
BCJICICTBHeE 4erO pa3sMepbI WeHTPasIbHOrO KaHasla CIMHHOTO MO3ra YBesIMYMBAaIOTCA, OOycIaBIMBAA 
MeJWICHHOe MIporpeccupoBaHve MHeOMAaTHH Mp paclMpeHve WeHTpasIbHOrO KaHasla CIIMHHOTO MO3ra 
Oomee 4ueM | MM Ha IIpoTmKeHHM He MeHee 2 MO3BOHKOB [32]. Ilo WaHHbIM UcceqOBaTeei 
pacnpoctpaHeHHocts CIM 3HauntesbHO BapbupyerT oT 3,3 Wo 130 cmyyaes Ha 100000 Hacenenua [1]. 


Accoumanua UC u CIM cuntaetca HanOolee yacto BcTpeyarolleiica naTonornei, 11%-15% Bcex 
cryuaes MC [41, 16]. [Ipumepuo y 2/3 nayuentos c CM BpraBsiaIoT HCKPHBIeHHA MeHee 20° 4 TOKO 
ocTauIbHbie 4-5% HMeIOT KIIMHH4eCKH 3HAYMMBbIe HCKPUBIIeCHHA Oomee 20-25° . U3 koropTsi WocueqHUX 
TlalMeHTbl C IOBCHWJIbHBIMH MW WH(PAaHTHIbHbIMM WAMOMATHYeCCKHMM CKOJIMO3aMH CYMMapHO 
COCTaBJIAIOT Ooee MONOBHHEI, 27% U 25%, cooTBeTcTBeHHO [30, 19, 17,41]. IIpu OeccumnTomMHom 
TeyeHHu oKONO 14-27% CIM mpu ckommo3e BblaBaioTca ciyyatHo [29, 41], Torga Kak B 
IIpHCYTCTBHM HEBPOJIOrMYeCKHX CHMUTOMOB CIM BplaBsiaeTcaA IpakTHYueckH B 100% ciyyaes, a pu 
OTCYTCTBHH alMKasIbHOrO JIOpA03a WIM HAIMYMM alMKasIbHOrO KH(o3a B CKOJIMOTHYeCKON KPHBU3He 


TOJIbKO B 66,6-80% csryyaes [ 39,41]. 


IIpu accoywayua CM c UC B apucyrcrBHH HeBposIOorM4ecKHX paccTpolicTB BOMHBIe yr 
BCTpeuaroTca 4allle, 4eEM OMHOUHBIe, a OAMHOYHbIC MOACHMYHbIC BOT BCe OTCyTCTBy1OT [29, 41]. 
CrleqyeT OTMETHTS, YTO IPH JICBOCTOPOHHHX MCKPUBICHHA PTpyAHOH JoKaIM3alHN Yale HaOOAaeTca 
OecCHMIITOMHOe TeueHHe CM, B TO BpeMA Kak IPH HaIMYHM HEBPOJIOM4eCKHX CHMIITOMOB CKOJINO3 
XapaKTepH3yeTCaA JBOMHBIMH JyraMu PTpyAONOACHHYHOH JOKaM3aHH [16]. 


TakuM 00pa30M, MO2KHO BBbIJeIMTb CileqyIoulMe TaBHble KPHTepHH BbICOKOTO PHCKa IIpHcyTCTBHA 
CM pu uaMomaTH4uecKOM CKOJIMO3e: HeBposorM4ueckHe HapywieHHa [42], WHaHTHIBHEI u 
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roHomecKHH cKomHO3 [19, 17, 30], arunM4nad ZecsbopMalua (eBOCTOPpOHHAA Tyra), H HEHOPMaJIBHBIi 
CaruTTasIbHOM pout WosBoHONHHKa [42, 39, 17], mehopMaluu c AByMA WyraMu UCKpMBJIeHHA u 
aCHMMECTPHA MOBeCPXHOCTHBIX OprOWHBIx pedsieKcos [41]. 


TeM He MeHee, OJHHM 3 HeJOCTaTKOB BCeX MCCIIEOBaHHU CKOJIMO3a, ACCOWMMpOBaHHOrO c CM, 
ABIIACTCA HEOMpeeueHHad WMarHOCTHYeCKY!O WEHHOCTb KJIMHHYeCKHX CHMIUTOMOB. MMeHHO OSTOMY 
PYTHHHOe mpHMeHeHHe MPT octaetca HanOoslee TOUHBIM y OombHEIx c MC, roe ckomM03 OBIT 
lIpeycTaBieH, KaK CHMITOM B IIpHCyTCTBHH HeBpoorM4ecKH OecCHMITOMHOM Helipo-akcuaIBHoH 
aHomammu. He Bce u3 OOHapyKeHHbIX HeipoO-aKCHaJIbHbIX AHOMAJIH, ACCOMMHMPOBaHHbIX CO 
CKOJIHO30M TpeOytoT HeMpoxupypru4eckKoro BMelLaTesIbCTBa H KOppekUHA AepopMallwH, Kak TIpaBHsIo 
3aBeplaeTca Cc ycrexoM [31], Ho cylecTByeT PHCK BO3HHKHOBCHHA HEBPOJIOIMYeCKHX PaccTpoHcTs, 
eCJIM AHOMAaJINA He Oba BbIABJICHa B IpeomepallwoHHoM Mepuore [37, 38, 51]. 


CkosmotTwyeckHe jecdopMallMu, acCOIMHpoBaHHble Cc CHHApoMoM Juepca-JJanno (Ehlers—Danlos). 
Cunapom Osepca-JJanno (COJ]), u3BecTHEI TakxKe Kak cHHIpomM UepHoryOosa-Isepca-Jlano, 
OTHOCHTCA K Ipyntie HacjIeq{CTBCHHbIX Me3CHXMM@JIbHBIX JMcriyia3Hii — reTeporeHHbIX cOcTOsHHI 
COCAMHUTeIBHOM TKAHM XapakTepH3yIOWIMXCcA pa3zIM4HO CTeMeHbIO PbIXJIOCTH, CBepXpacT#KHMOCTH 
KOXKH, BCCX CBA3O0K H OOONONeK, XPYIKOCTH COcCyOB, 4TO KIIMHHMYeCKH TIpOABJIAeTCA B Bue 
pa300JITaHHOCTH MH BbIBMXOB CYCTaBOB, MBIMIC4HO-CKeJIeTHBIX OoNeH, THMOTOHHM, KPOBOH3JIMAHHH, 
CTpuli, pa3pbiBoB OOOT0UeK, OpraHoOB HM COCYOB, TpbDK, CKONHO030B H KudocKomHO30B [ 10,38]. Ho 
IIpH4nHe ABOMHOrO THIIa HacieqOBaHHA CIOHKHO TOUHO OLCHHTb OOLM[yIO 3a00JIeBaeMOCTb, TeM He 
MeHee B MHPOBOH NOMyAWHU OHa BCTpeyaetca C 4actoToH 1:5000. 


B 3aBHCHMOCTH OT KJIMHMKO-reHeTHYeCcKHX ocobeHHOcTeH COJ] pacipeyeneH Ha WecTb THIOB, 
OTIMYaIOWMMXxcA §=Apyr OT Apyra WepeMeHHOM  cTeleHbIO HeCTaOHJIbBHOCTH  CyYCTaBOB, 
CBeEpXpaCTHKUMOCTH HM TPYAHOCTbIO B 3ax%KHBJICHHH KOK, HW JIOMKOCTBIO cocyyoB . JA 
BepTeOpouOroB HavOObIIMH HHTepec MmpescTaBiaeT KUdocKoNMOTHYecKHH VI Tun CO/JI, cBa3aHHbIiit 
C ePUNMTOM JIMBHITHApOKcuNa3bI, MOAMuLMpyrouero KONIareH cbepMeuta [24]. Dra peykas 
llaTouorua BcTpeyaetca y | Ha 100000 2xnBopoxKeHHEIX HM Hacreynyetca B 25% coryyaes. [pu 9TOM B 
50% cilydaeB NpobaHy, MOxeT ObITb OECCHMITOMHBIM HOCHTelIeM reHa, a B 25% cyry4aeB OoleTb, HO 
He ObITb HOcHTeeM. IJomuMO 9TOrO, ObLIM BbIABJICHbI CHMITOMBI 3a00JIeBAaHHA, CBA3aHHBbIe C 
mytaywen [52]. Ckonuo3 npu CO] BelaBsIAIoT Ke IPH pOXKTCHHM WIM B TeyeHHe HepBoro roya 
*u3HH. IIporpeccupoBaHue JedopMallun BCerya IpHBOAUT K HEOOXOAMMOCTH OllepaTHBHOrO JIedeHHA 
[ 47,54], B orcyTcTBHe KOTOPOrO CKOJIHO3 IPHBOAMT K BOSHUKHOBCHHIO JIbIXATCJIbHbIX PAaCCTPOHCTB H 
Pa3BUTHIO TAKeIbIX KHocKOMHO30B. [MMOTOHUA MOXKeT porpeccupoBaTb, IPHBOAA K HapyLeHH1o 
MOTOPHOrO pa3BHTHA C MoTepei clocoOHOCTH K TepexBYxKeHHIO BO BTOpOM UM TpeTbei eKayax 
%KU3HU. XOTA TPOOJMKUTCIbHOCT %KH3HH MOXKET ObITb HOPMAJIBHOM, HO CCTb PUCK pa3pbiBa apTepuit 
cpefqHero KamMOpa HW pa3BHTHA bIXaTeIbHOM HeOCTATOYHOCTH, ecIM KHOCKONHO3 MpHoOpetaer 
TaKeoe TeyeHne [ 47,54]. 


Ilo MHeHHIO HEKOTOPBIX HCCIeqoBaTeeH uallle BCTpeyaloTCA MCKPHBIICHHA C ZBOMHBIMM JyraMu, 
OOJIbIIMHCTBO 3 KOTOPbIX pe3KO yxyllaeTcA B Havalle MOAPOCTKOBOTO pOcTOBOTO CIlypTa, 4TO 
3aCTaBJIACT PaCCMaTPHBATb BOIMPOC O XHPypIrM4eCKOM BMELMMAaTeJIbCTBE B Cpey{HeM Bo3pacte 11 eT u 9 
MeCaAI[eB IPH cpeqHeit BemH-auHe cKomM03a 88°-109° [ 24]. Hemb3a He OTMeTHTb TOT (aKT, 4TO 
CKOIHO3 TaKKe MO%KeT TPHCyTCTBOBaTb y TMallweHTOB c JHO0bIM THOM CO] , a upu IU 
THIIepMOOWJIbHOM ero Tulle peructpupyroT 0 50% cKomno30B [46, 24]. 


B BUY peAKOCTH MaTOMOrHH UMEECTCA TOJIbKO OFpaHH4eHHOe KOJIMYECTBO MaJIOUMCJICHHBIX Ipylil 
HCCC OBaHHA, OMMCbIBAIOWIMX Pe3yIbTATbI XMPypruv4eckoro JIedeHHA WeopMaluu MO3BOHOUHUKA 
TIpH aHHoM 3a0omeBanuu [ 49,20, 24,31]. Ilo MHeHnto OobUIMHCTBa XHpyproB MCKpHBIIeHHA 
MO3BOHOUHHKa B accoumayuu c COJ] mourn Bcerya MpOABIIAIOTCA B BUC TAKCJIBIX CKOJIMOTHYCCKHX 
nedopmMalwii, TpyqHOcTH B JIeCYeHHH KOTOPbIX OOYCIIOBICHBI BeMYMHOM WU PHTUHOCTbIO 
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medopMaliuu, HeCMOTpa Ha OOMLyYIO THMepMOOMIbHOCTb, paHHMii BO3pacT, CIOXKHOCTbIO UH 
pactipocTpaHeHHOCTbIO XHpyprvyecKoro BMellaTeIbCTBa, BbICOKMM PHCKOM  carvTTaJIbHoro 
qucOalaHca, TutepKudo3a HU OCMOKHeEHH, WH PHCKOM OOOCTpeHHA CHMIITOMOB OCHOBHOrO 
3a0o0ueBaHna. CpeqHaad BesIM4unHa KoppeKuMM UcKpHBeHHi mupu COJI coctrapnaet 30%-58%, 4TO 
IIpHMepHO cCOOTBeTCByeT MOOMJIbHOCTH UcKpuBIeHHa [24], uw Hepenko (40%  cmy4aes) 
COMPOBOKAAIOCb + PeBH3HOHHbIMH BMeIaTeIbCTBAaMH 10 TOBOAY eKOMMeHCalHu WIM 
HECOCTOATEJIBHOCTH KOHCTPyKWMH, C pacxoxKeHHeM KpaeB paH WM TemMaToMaMu, TpeOyrOuHMH 
HalOwKeCHHA BTOPHYHOTO wWBa. PHCKH BO3HHKHOBCHHA TOTCHIHasIbHO CMePpTeJIbHBIX COCYMCTBIX 
OCJIOXKHEHHH, CONPAKeHHbIN C MaCCHBHOM KpoBolloTepeH B IIpolecce xupypruyeckoro sIeueHHA 
TlauMeHtop c CO/JI, HaxogquTcd Ha OCTaTOYHO BbICOKOM ypOBHe, 4TO B paBHOl cTeleHH 
HOATBepKaeTcA He TOMbKO BepTeOpomoramu [49], HO H xupypramu oOuero mpodusa [20]. pu 
olepaTHBHOM JIeveHHM TpeOyeTca: THMOTeCH3HBHad aHeCTe3HA, UCKIIOYeHHe TyMOro pasbeqMHeHHA 
TKaHei, MpHMeHeHHe 93IeKTPOKOATyIANHH, OTTpaHw4eHve 30HbI JMCK9SKTOMHM HU JIMTHpoBaHHe 
CerMCHTapHBIX COCYOB MOJabie OT aOPTbI HW COCYAMCTEIX MarucTpasei. JIOMKOCTb COCyOB B 
pe3yIbTaTe JHCTpakKUMM MOXKeT MpHBOAMTb K HHPapKTy CIMHHOFO MO3ra C pa3BHTHeM HeoOpaTHMBIx 
HeBPOJIOTM4eCKHX OCIOXKHCHHM, B CBA3H C YCM PeKOMeHAyeTCA OFpaHH4uMBaTbcaA KOppekuueit 
HCKIIIOYNTEIbHO Ha BeIMYMHY PYHKUMOHATIbHOrO KOMMOHeHTa eMopMallHu, MOATBep»xKeHHOTO 
lIpeqonepaluoHHol pentrenorpaduei c pactaKennem [49]. 


TakuM 00pa30M, B KOHIe JIMTepaTypHOroO 0630pa MOXKHO OTMCTHTb O AaKTYaJIbBHOCTH ITO MpoOseMBI 
He TOJIbKO B TPaBMATOJIOINH, HO HM B MCMIIMHE B I[eJIOM. 
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